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Dr M Feiwel: Belief in association of primary biliary cirrhosis with hxmorrhagic telangiectasia is probably mistaken. The latter diagnosis may have been given to cases of diffuse systemic sclerosis which bled from internal telangiectases (Holt & Wright 1967) while so-called hereditary hemorrhagic telangiectasia with hepatosplenomegaly is probably systemic sclerosis with biliary cirrhosis.
Involvement of the liver in systemic sclerosis is uncommon. In reporting two cases (Calvert et al. 1958) we reviewed the literature, as did Copeman & Medd (1967) . Nevertheless, coexistence of primary biliary cirrhosis and mitochondrial antibodies with other collagen disorders is now well-recognized (British Medical Journal 1974) . We plan to present a patient with diffuse. morphoea, mitochondrial antibodies and presymptomatic liver disease shortly (Clayton et al. 1974 R P, man aged 49 History: Three weeks before admission to hospital in July 1973 the patient injured his left leg but the skin was not marked. Over thelfollowing two weeks the anterior aspect of the upper two-thirds of the left leg below the knee, became covered by confluent and painful bulle which ruptured producing a large superficial ulcer with over-hanging margins. There was much serum exudation and slight edge induration and elevation (Fig 1) . The left inguinal lymph glands were enlarged. The remainder of a full clinical examination was normal but he was pale and feverish (39.5°C). Lactic dehydrogenase 400+. Electrophoresis a, and a2 globulins increased, IgA and IgG reduced. Leukocyte alkaline phosphatase score 68 but dual population of strongly positive and negative cells present. Trephine marrow biopsy showed chronic myeloid leukemia. Chromosome culture; some cells contained Philadelphia chromosome.
Skin biopsy (Dr D Spencer): Epidermis largely intact, although there is one small area of ulceration. There is a very dense inflammatory infiltrate consisting almost entirely of polymorphs, in places forming small abscesses. Epidermis markedly thickened with irregular downgrowths into the dermis producing a pseudocarcinomatous hyperplasia. Special stains show no fungal elements. A few Gram-positive cocci are present on the surface of the biopsy. The ap- Progress and treatment: Shortly after admission, the patient became gravely ill with a temperature of 40.2°C. He was started on intravenous ampicillin and cloxacillin with continuous chlorhexidine irrigation to the ulcer, as a septicemic state was suspected. Later, as there were signs of deep vein thrombosis in the left leg and thigh, and evidence of pulmonary embolism, heparin therapy was begun. No progress was made over the next five days and the antibiotics were changed to benzyl penicillin and gentamicin. Then, in view of the histology and the blood picture, prednisolone 20 mg four times daily was given. Overnight the temperature dropped to normal and the patient improved markedly. A notable feature was that of diminution of pain from the ulcer. Epithelialization was seen on the base of the ulcer over the next few days and was complete in four weeks. The region of ulcer next to the original margin was the last to heal. Busulphan also was given with satisfactory results to date. Recently he has developed small indurated painful lesions which fade when the steroid dose is increased.
Comment
Perry & Winkelmann (1972) described three strikingly similar cases of pyoderma gangrenosum associated with leukaemia. Two of -these had chronic myeloid leukaemia and the other, acute myeloid leukaemia. They emphasized that pyoderma gangrenosum is essentially a clinical diagnosis, as there are no specific pathological tests to prove it. Lesions associated with blood disorders have the following features which distinguish them from -those associated with bowel disease: (1) They are more superficial and less destructive of tissue.
(2) There are concentric bullous inflammatory areas of involvement spreading outwards from the centre. (3) Their more subdued blue-grey halo surrounding the lesions contrasts with the vivid blue-red elevated borders of the classic disease. (4) Severe pain of the untreated lesion is a consistent feature.
Our patient showed all these features. Two of Perry & Winkelmann's patients presented with just one lesion. Man aged 38 History: Normal at birth and in early childhood. From age 6-7 began to develop blisters around ankles and over knees, associated with minor trauma. At this time, he lost his toe nails. His legs have been itchy since childhood, persistent raised scars appeared at the sites of blisters, and
